and Jason Brice FRCS (Wessex Neurological Centre, Southampton) C G, boy aged 18 months History: This child was admitted to hospital on 19.5.66, ten hours after falling from a table at home. Following the injury he was seen to be crying and rubbing the back of his head and one hour later he was drowsy and vomited. He was admitted to St Mary's Hospital, Portsmouth nine hours later deeply unconscious with periodic respirations, pulse 90 per minute, blood pressure 160/80 mmHg. He had an intermittent divergent squint, the pupils reacted to light and were of normal size. All deep tendon reflexes were absent. He was transferred immediately to the Neurological Centre.
X-rays of the skull showed no evidence of a fracture or of suture diastasis. Echo-encephalography demonstrated no shift of the mid-line structures of the brain and the lateral ventricular echoes appeared to be in normal position. Immediate ventriculography demonstrated normal lateral ventricles, no air entered the posterior fossa and there was elevation of the posterior end of the third ventricle. By this time, the child's condition had deteriorated. Spontaneous respirations ceased, both pupils became fixed and dilated and the blood pressure was unrecordably low. Posterior fossa burrholes, followed by craniectomy, revealed a very large extradural hmmatoma, involving the whole of the posterior fossa. There was a tear in the right lateral venous sinus. No fracture was seen at operation. Following evacuation of the hvmatoma the child made an uninterrupted recovery and showed no obvious neurological deficit on discharge from hospital.
Comment
From the history of immediate recovery from the initial injury, followed by rapid and progressive neurological deterioration, it was clear that this child was harbouring an intracranial compressing lesion. The rapidity of onset suggested an acute extradural hmmatoma. However, the classical signs of a middle meningeal himorrhage, i.e. fixed dilated pupils, were absent. This fact, coupled with the early appearance of respiratory difficulty indicated medullary compression from a posterior fossa hematoma. Although the absence of a fracture was somewhat unusual, this is not uncommon when these lesions occur in small children.
This case illustrates the value of diagnostic ultrasonic techniques as a complement to careful clinical evaluation. In review the air study was probably an unnecessary and perhaps dangerous procedure once echo-encephalography had confirmed the absence of a supratentorial spaceoccupying lesion.
Such hvmatomata are rare. In a series of 125 extradural hlemorrhages, a rare complication of head injury, McKissock et al. (1960) found only 4% within the posterior fossa. Nevertheless this case history illustrates the importance of rapid diagnosis and prompt relief of severe compression of the brain. These three children are an unusual example of chronic familial nephritis characterized by features suggestive of the nephrotic syndrome but associated with hmmaturia in two of them. The children are remarkably like each other with chubby faces and a pronounced degree of epicanthus. It has been found possible to control the cedema with the aid of diuretics but steroid therapy has not been of any benefit. There is no history of renal disease involving the parents or their relations. A renal biopsy has been performed on Case 1.
REFERENCE
Case 1 M D, boy, born 24.10.62 Symptoms came on gradually in December 1963 when he was 14 months old. Previously he had been in perfect health and was developing normally in all respects. The symptoms consisted of periorbital cedema which was most pronounced in the morning but tended to pass off during the day. There was no constitutional disturbance. After admission the cedema increased from a slight puffiness of the face to involve the limbs and there was also some ascites. There was gross albuminuria and characteristic biochemical changes in the serum involving the cholesterol and electrophoretic pattern of the serum proteins.
The blood urea was normal.
The usual line of treatment, with moderate restriction of salt in the diet and the administration of large doses of prednisone, starting with a dose of 80 mg a day, failed to have the slightest effect on either the cedema or the albuminuria, nor was there any improvement in the serum biochemistry. It was not until a diuretic (chlorthalidone) was added that a satisfactory diuresis was obtained. A change of steroid to triamcinolone showed no advantage over prednisone. Steroids were discontinued at the end of March 1964 and the edema controlled by the use of diuretics as necessary, with some salt restriction. Tetracycline has been used to prevent infections of the respiratory tract quite successfully.
Heavy albuminuria has persisted and the biochemistry has so far shown no tendency to improve. He still gets recurrent bouts of cedema but otherwise remains well and is growing normally. His blood pressure has remained within normal limits with a diastolic pressure of 70 mmHg. Summary of investigations: January 1964: Urine protein 400 mg/100 ml; reducing agents nil; depositvery occasional granular cast; scanty red cells and leucocytes. Blood urea 20, serum cholesterol 403 mg/100 ml. Total serum protein 5-5 g/100 ml (albumin 39%, al-globulin 6%, a3globulin 35%, P-globulin 14%, y-globulin 6%).
Hb 71 %. WBC 10,600. Urine amino-acid chromatogram normal.
August 1966: Urine albumin 1 g/100 ml; deposita few red cells and occasional hyaline casts. Blood urea 12 mg/100 ml. Total serum protein 5-6 g/100 ml (albumin 30%, al-globulin 9%, a2-globulin 36 %, P-globulin 16 %, y-globulin 9%).
Left renal biopsy (7.9.66): 'Renal cortical tissue including 15 glomeruli. Three glomeruli show fibrous obliteration and the remainder all show varying degrees of patchy thickening of capillary basement membranes and endothelial-cell proliferation with occasional capsular adhesions, though in some the changes are minimal. There are a few groups of atrophic tubules with thickened basement membranes and localized interstitial fibrosis, but a more prominent feature is the presence of scattered collections of large foamy cells in the interstitium. Significant vascular changes are not seen. The appearances are those of a chronic glomerulonephritis with atypical features resembling those described in hereditary chronic nephritis.' Case 2 P D, girl, born 18.2.65 Onset at the age of 6 months. Her mother had been on the look out for symptoms as she had been warned of the possibility of this being a familial type of condition and she observed swelling of the face, again without any constitutional disturbance.
On examination the cedema was much less pronounced than in Case 1 and was confined to the eyes. The urine contained large quantities of albumin. The blood pressure was normal and the serum showed characteristic changes of nephrosis with a normal blood urea. Steroids have not been tried in this case since it has been milder and it is not likely that they would be of any value. Tetracycline has been used prophylactically to prevent respiratory tract infection. 
